Introduction {#sec1-1}
============

Hidradenocarcinoma is a rare malignant adnexal tumor that represented less than 0,001%\[[@ref1][@ref2]\]. It is an Aggressive tumor that most metastasizes to regional lymph nodes and distant viscera. It has been reported most frequently on the head and neck and rarely on the extremities\[[@ref3]\]. There is no consensus treatment for metastatic hidradenocarcinoma since it is a rare and aggressive tumor. We report a case of a metastatic hidradenocarcinoma with discussion of the literature and problems concerning differential diagnosis and treatment.

Case Report {#sec1-2}
===========

We report a case of 52-year-old white woman, without past medical history, who presented with an asymptomatic nodule of the left hand (fourth finger) of 3 months duration ([Fig. 1](#F1){ref-type="fig"}). Physical examination revealed a 3 cm firm nodule without features of inflammation. The regional lymph node examination was negative. A surgical excision of the nodule was performed. Histological examination showed a poorly circumscribed lobulated dermal mass with scalloped borders that may extend to the fat with connection to the epidermis ([Fig. 2](#F2){ref-type="fig"}). Tumor lobules were composed by nodules, focal tubular lumina and cystic spaces. Tumor cells were mostly polygonal or fusiform with basophilic elongated nuclei, rarely they were polyhedral clear cells. Cytological atypia and mitotic activity were remarkable with focal necrosis ([Fig. 3](#F3){ref-type="fig"}).
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![Polygonal tumor cells with remarkable atypia and mitotic activity (HE × 400)](NAJMS-1-372-g003){#F3}

However, angiolymphatic and perineural invasion were absent. Immunohistochemically showed immunoreactivity for EMA (epithelial membrane antigen) and Ki 67 ([Fig. 4](#F4){ref-type="fig"}). The diagnosis of hidradenocarcinoma was performed. The patient has not received any adjuvant therapy. Four years later, the lesion recurred with multiple cutaneous metastases located in the left arm after completely excision ([Fig. 5](#F5){ref-type="fig"}). Systemic chemotherapy was started and consisted on intravenous 5 fluouracil: 425 mg/m^2^/day (day 1 to day 5). Four cycles after, physical examination revealed stable disease. Second line chemotherapy was done based on intravenous doxorubim: 75 mg/m^2^ (day 1) and intravenous platine regimen: 100mg/m^2^ (day 1). Four cycles after, the evaluation revealed partial response with decrease of the size of the cutaneous metastases.
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![Multiple cutaneous metastases after surgical excision.](NAJMS-1-372-g005){#F5}

Discussion {#sec1-3}
==========

Hidradenocarcinoma is a rare malignant adnexal tumor that represented less than 0.001%\[[@ref1][@ref2]\]. Clinical presentation was typically a firm, subcutaneous nodule or plaque. It may appear flesh-colored, red, violet or gray with normal overlying skin\[[@ref3]\]. Hidradenocarcinoma can be mistaken clinically with the more common infundibular and pilar cysts; other entities to consider are cutaneous tuberculosis or dermatofibrosarcoma protuberans\[[@ref3]\]. Hidradenocarcinoma has been reported most frequently on the head and neck\[[@ref3]\] and rarely on the extremities like our case.

On pathologic examination, hidradenocarcinoma showed two distinct cell types: darker fusiform cells with eosinophilic cytoplasm and larger cells exhibit nuclear pleomorphism and atypical mitotic figures. Cystic spaces and ductal structures are rarely present\[[@ref4]\]. Other criteria may be present such as perineural invasion, vascular invasion, deep extension and necrosis\[[@ref4]\]. Hidradenocarcinoma can be difficult to distinguish histologically from hidradenoma, which is a benign tumor. Histological criteria used to distinguish these two entities include greater mitotic activity, mitoses in clear cells, angiolymphatic invasion into surrounding tissue and loss of circumscription\[[@ref5][@ref2]\]. However, the absence of these criteria should not reassure the pathologist, because the diagnostic of hidradenocarcinoma may rest solely on the presence of tumor cords invading peripherally. Standard treatment for hidradenocarcinoma is surgical excision, but local recurrence rates range from 10% to 50%\[[@ref6]\]. Adjuvant therapies included radiation has been used in the setting of positive margins, complete resection of large tumors for "nodal sterilization" and recurrent tumors and positive lymph nodes when further surgery has not been an option\[[@ref7]\]. Various chemotherapy regimens have also been reported\[[@ref8][@ref9]\]; drugs used was 5 fluouracil based regime, capecitabine (oral 5 fluouracil) was also reported\[[@ref9]\]. We used for our patient intravenous 5 fluouracil on first line, without response. We used intravenous doxorubim and intravenous platine on second line since its proved efficiency in the treatment of cutaneous squamous cell carcinoma.

Targect therapies like Herceptin which is effective for treatment of various solid cancers, is also used in the treatment of metastatic hidradenocarcinoma with stabilization of the disease\[[@ref8][@ref10]\].

There is no consensus treatment for hidradenocarcinoma since it is a rare and aggressive tumor. It seems important to use adjuvant therapies particularly for recurrent and metastatic forms.
